[Neuronal ceroid-lipofuscinosis--a childhood form. Clinical study].
Ten cases of the late-childhood form of neuronal ceroidolipofuscinosis are presented stressing particularly the great uniformity of the clinical pattern in various cases. Epileptic fits were the presenting sign, followed by progressive dementia, motor disturbances and visual disturbances. The appearance of these clinical signs associated with diffuse, high-grade dysrhythmia in EEG and progressing cerebral atrophy in CT images are indications to rectal mucosa biopsy or biopsy examination of the appendix, skin or conjunctiva. Histochemical and ultrastructural examinations of biopsy material make possible intravital diagnosis of neuronal ceroidolipofuscinosis.